Hereditary spherocytosis is a familial hemolytic anemia. In this report, we describe a rare case of hereditary spherocytosis complicated by IgA nephropathy which was successfully treated with an angiotensin converting enzyme inhibitor. This is the first time that such a case in an adult has been documented. We describe a 72-year-old Japanese male who presented with hereditary spherocytosis, accompanied by Immunoglobulin A nephropathy. The patient had renal dysfunction, proteinuria, and hematuria. The patient was treated with an angiotensin converting enzyme inhibitor, resulting in clinical improvement. Clinicians should recognize that hereditary spherocytosis with IgA nephropathy can occur in the post-splenectomy patients.
Introduction
Hereditary spherocytosis (HS) is a common inherited chronic hemolysis, and is treated with splenectomy in almost all patients. The association of HS with IgA nephropathy (IgAN) in a child has been reported in the literature. 1 However, HS associated with IgAN in an adult case has not been reported before. In this report, we provide an adult case of HS who presented with microscopic hematuria and proteinuria, diagnosed with IgAN, in which an angiotensin converting enzyme inhibitor (ACEi) led to a decline in proteinuria.
Case Presentation
A 72-year-old male was referred to our medical center with hematuria, proteinuria and progressive kidney dysfunction for further investigation. He had a past medical history of HS confirmed by a mutation in the . These findings were consistent with IgAN. ACEi, enarapril 2.5 mg daily, was commenced in an attempt to provide the optimal approach to achieve a reduction in proteinuria. On the follow-up visit, serum creatinine level remained 4.40 mg/dL and the microscopic hematuria continued.
By contrast, his blood pressure and serum potassium level remained in normal range, and proteinuria improved 4 months after the initiation of therapy.
Discussion
In this case, we made two important clinical observations. First, we found that this is the first reported adult case of HS with IgAN. Second, ACEi helped reduce the proteinuria in this case. reported on a 17-year-old boy with IgAN and HS. 1 Morino et al. reported on a 14-year-old boy who had had a splenectomy at the age of two years for idiopathic thrombocytopenic purpura, which resulted in IgAN. 3 However, to the best of our knowledge, this is the first literature reporting the association of HS with IgAN in an adult. We speculate the splenectomy may play an important role in the pathogenesis of this case. Some researchers showed that IgA synthesis was increased in peripheral blood mononuclear cells from post-splenectomy patients. 4 Another study showed that the amount of IgA deposits in the glomeruli was raised when the uptake of immune complexes by organs of reticuloenndothelial system was reduced. 5 Therefore, both over production of IgA and decreased clearance of IgA due to the splenectomy may lead to susceptibility of IgAN.
Our second observation is that ACEi helped reduce the proteinuria in the concomitant case of HS and IgAN. It has been reported that angiotensin converting enzyme inhibitors decrease proteinuria in IgAN. 6 Another researcher reported that ACEi prevented the progression to end-stage kidney diseases by modulating the effects of angiotensin II via angiotensin II type 1 receptor on the production of tissue growth factor-beta and collagen types I and III, as well as on intrarenal hemodynamics. 7 In this case, we successfully treated our patient's proteinuria. However, the therapy for concurrent cases of HS and IgAN is still unknown because there have been no comparative therapeutic trials, and clinical experience is lacking. We did not use corticosteroids in our patient because Kidney Disease Improving Global Outcomes guidelines recommend six months of glucorticosteroids only when there is persistent proteinuria over 1 g/day, and eGFR greater than 50 ml/min per 1.73 m. 2, 8 This case report has limitations that must be noted.
First, we are not able to exclude the possibility of the existence of these two diseases accidentally. In this regard, we assert that the splenectomy contributed to an acceleration of IgAN because hematuria, proteinuria and renal function obviously deteriorated after the splenectomy in this case. Second, there was a discrepancy between the clinical courses and the renal pathological findings. We assume that the history of congestive heart failure, hypertension might contribute to the deterioration of kidney function in this case, 9, 10 which is supported by the presence of global sclerosis in the renal pathology.
Conclusion
In conclusion, we report an adult case of IgAN in HS after splenectomy. Health care professionals should recognize IgAN can occur in the post-splenectomy patients. In addition, this report may provide important clues in terms of the pathophysiology of concomitant cases of these diseases. Further reports should be accumulated to determine whether the splenectomy contributes to the nephritogenic role of IgAN and which treatments could be effective in such cases.
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